Lipofi bromatosis is a rare tumor of infancy, which has been reported about 10 years ago, and since then very few reports have been published. This tumor has been reported in association with congenital anomalies such as macrosyndactyly, but there is no report of multiple congenital anomalies with lipofi bromatosis in the English literature as far as our knowledge goes. Herein, we report a case of this tumor associated with syndactyly, bilateral complete cleft lip and palate, trigonocephaly, and atrial septal defect.
INTRODUCTION
Lipofibromatosis is a very rare pediatric neoplasm that has a distinctive fibro-fatty pattern of growth. It has been first described by Fetsch in 2001, [1] since then only a few additional cases have been reported. [2] Herein, we report our experience with a 3-month-old boy who presented with lipofibromatosis of his left foot accompanied with multiple other congenital anomalies, i.e., syndactyly, bilateral complete cleft lip and palate, trigonocephaly, as well as atrial septal defect (ASD).
CASE REPORT
A 3-month-old boy presented with a mass in his left forefoot [ Figure 1a ]. He has had this mass since birth with about 10% enlargement during 3 months. The mass was nonmobile and firm. The overlying skin was unremarkable. Aside from the mass the patient had other congenital anomalies composed of bilateral complete cleft lip and palate [ Figure  1b ], right-hand syndactyly, trigonocephaly [ Figure 1c ], as well as ASD.
There is history of full-term vaginal delivery. There is no history of any consanguinity. His mother did not have any history of valporic acid therapy.
The Karyotype of the patient and his parents were normal.
Imaging studies showed a mass with poorly defined margins measuring 5  4  2 cm with no connection to bone.
At surgery, the mass was found to be attached to forefoot soft tissues. The excised mass was gray and soft, measuring 5  4  2 cm. Microscopic examination showed mixed population composed of lobules of mature adipocytes (70%) traversed by bundles of fibroblasts (30%) [ Figures 2a and 2b ].
The diagnosis of lipofibromatosis was made with involved margins. Immunohistochemistry was negative for cytokeratin, desmin, SMA, and HMB45, but positive for S100 (adipocytes), CD34 (fibroblasts), CD99, and vimentin. MIB-1 index was less than 1%. b c a Repair of the cleft lip were performed. The patient did well after surgery. His craniosynostosis was also repaired successfully. Now he is well and completely free of tumor after 6 months of follow-up. He will be operated for cleft palate and syndactyly in the near future.
DISCUSSION
The first report of lipofibromatosis of foot has been in 1991, [3] but the full clinicopathologic description of this tumor accompanied by its differential diagnosis was in 2000 by Fetsch et al. [1] This tumor is a rare pediatric neoplasm which presents with a benign slow growing mass with congenital onset and predilection for the hands and feet. [2] The age of presentation has been 1 day to 12 years with a male predominance (2:1). [1, 2, 4] Imaging studies can be helpful for the preliminary diagnosis. In ultrasonography the picture is fairly nonspecific, i.e., hyperechoic appearance of a fatcontaining benign-looking mass, but magnetic resonance imaging ( MRI )is more characteristic. [2] Hypersignal on both T1-weighted and T2-weighted images leads to diagnosis of lipomatous tumor. [5] The final diagnosis of lipofibromatosis has always been made after pathologic examination in the previous reports, which consisted of lobules of adipocytes traversed by bundles of fibroblasts. [6] Histopathologic differential diagnoses consist of infantile tumors with mixed population of spindle cells and adipose tissue, i.e., fibrous hamartoma of infancy, lipoblastoma, and fibromatosis. [7] Immunohistochemistry plays no major role for differential diagnosis. [1] Fibrous hamartoma of infancy contains primitive organoid nests of mesenchymal cells in myxoid or peculiar neurofibroma like fibrosis which has not been reported in lipofibromatosis. [1] Lipoblastoma shows myxoid changes with immature fat lobules and typical chicken wire type capillaries. [1, 7] Our case was 3-month-old baby with a mass on his forefoot and several variable congenital anomalies. Lipofibromatosis has been reported with macrosyndactyly, but to the best of our knowledge there has been no report of this tumor in the English literature accompanied with several congenital anomalies. [8] There are many syndromes associated with trigonocephaly such as atelencephaly, chromosomal anomalies like 7p deletion, 9p monosomy, 11q monosomy, C syndrome, BOPS or C-like syndrome, Fronto-ocular syndrome, Frydman trigonocephaly, Goldblatt syndrome, Holoprosencephaly, Lin-Gettig syndrome, Say-Meyer syndrome, and Valproic acid embryopathy. [9] C syndrome, BOPS, atelencephaly, and valproic acid embryopathy have both cardiac abnormalities and cleft/lip palate.
There has been no history of valporic acid ingestion by the patient's mother, so valporic acid embropathy is excluded. C syndrome which is also known as Opitz trigonocephaly syndrome is characterized by trigonocephaly, mental retardation, hypotonia, cardiac defects, redundant skin, and dysmorphic facial features. [10] Bohring et al. in 1999 reported four unrelated cases of a syndrome very similar to Opitz trigonocephaly (C syndrome) which differed on the basis of intrauterine growth retardation, cleft lip/palate, exophthalmus, retinal involvement, flexion deformities of upper limbs, dislocation of redial heads, and forehead hirsutism. [11] This syndrome is called Bohring-Opitz or C-like syndrome. [10, 11] Our patient's anomalies were very similar to Bohring-Opitz syndrome in respect of trigonocephaly, and facial as well as cardiac abnormalities; however, our patient did not have upper limb abnormalities and exophthalmus which is characteristic of Bohring-Opitz syndrome. [12, 13] This case might be a new syndrome or a variant of Opitz syndrome with facial abnormalities, cleft lip/palate, cardiac deformities, and lower limb lipofibromatosis. 
